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A 65-year-old man on peritoneal dialysis (PD) presented at
the emergency department with a 12-h history of fever,
malaise, and confusion. He was started on PD 5 years earlier
because of end-stage kidney disease due to non-specified
chronic glomerulonephritis. His additional medical history
comprised renal cell carcinoma treated with right nephrec-
tomy, liver steatosis, and two episodes of peritonitis linked
to PD. Clinical examination revealed tachypnea (30/min),
hypotension (92/47mmHg), and fever (102.9 1F). The PD
catheter exit site did not appear inflamed and abdominal
examination was normal. An erythema was noticed in the
hypogastric region. Initial laboratory findings showed
significant inflammation (C-reactive protein 43.6mg/l) and
an elevated level of lactic acid (89.2mg/dl). Peritoneal
effluent sample revealed an elevated leucocyte count
(1.7 103/ml with 89% polymorphonuclear cells) and
abundant intracellular coccoid bacteria were noted. The
preliminary diagnosis of PD-related peritonitis associated
with systemic inflammatory response syndrome was made,
and fluid resuscitation and antibiotic therapy (intravenous
amoxicillin–clavulanate/gentamicin and intraperitoneal cefa-
zolin) were promptly initiated. Because of persistent
hypotension, vasotropic and inotropic agents were initiated.
At 6 h after admission, a diffuse desquamation of the
epidermis starting at the trunk, the face, and axillae
developed (Figure 1), which also affected the scrotal and
penile skin. Nikolsky’s sign was positive around erosions and
in unaffected skin. The mucosae, however, were unaffected.
What is your diagnosis?
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Figure 1 |Picture showing the presence of diffuse
desquamation of the epidermis at the axillary
and truncal regions.
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The Diagnosis | Staphylococcal scalded skin syndrome
The clinically suspected diagnosis of Staphylococcal scalded
skin syndrome (SSSS) was confirmed by light microscopic
examination of a frozen section of skin fragment (Figure 2).
Intravenous vancomycin was subsequently added and the
patient was transferred to the ICU burn care unit. Cultures of
the effluent dialysate were positive for Staphylococcus aureus
(SA), sensitive to methicillin. Further microbiological testing
revealed the presence of a gene coding for exfoliative toxin
(ET) A. A culture taken from the PD catheter exit site only
showed corynebacteria and coagulase-negative staphylococci.
Repeated screening for methicillin-resistant SA (nose, axilla,
perineum) remained negative. Despite intensive treatment
with mechanical ventilation, continuous veno-venous hemo-
filtration, addition of meropenem, and removal of PD
catheter, the patient succumbed 7 days after admission due
to refractory septic shock.
SSSS was first described as dermatitis exfoliativa neona-
torum by Ritter von Rittershain. SSSS is a blistering
condition that occurs most often in infants and young
children, with less than 40 cases reported in adults.1,2 The
disease results from the cleavage of the middle layer of
the epidermis due to targeting of desmoglein1 by an ET
released by SA.3 Around 35% of the general population
are commensal carriers of SA, approximately 5% of which
produce an ET. Besides immunosuppressive treatment and
underlying malignancy, renal insufficiency has been sug-
gested as a risk factor for SSSS in adults because of decreased
renal toxin clearance, uremic immunodeficiency, and
increased nasal SA carrier status among dialysis patients.3,4
The condition is characterized by an acute onset of a diffuse
erythema, followed rapidly by blister formation on the
central part of the face, axillae, groin, and neck. One of the
features of adult SSSS is the frequent isolation of SA from
blood cultures. In our patient, however, this was not the case.
The condition may be associated with a localized initial focus
of infection, but most of the times no focus can be identified.
Histologically, SSSS is characterized by an intra-epidermal
cleavage at the granular layer without associated epidermal
necrosis or inflammation. Examination by frozen section of a
skin punch biopsy can differentiate SSSS from toxic epidermal
necrolysis or other conditions known to be associated with
blister formation (Table 1). This distinction is important,
as the two disorders require different treatment strategies.
The treatment of SSSS consists of supportive therapy and
systemic antibiotics directed against SA. However, despite
adequate treatment adult SSSS is associated with an approxi-
mately 60% mortality.5
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Figure 2 | Skin biopsy showing a large blister caused by
intraepidermal acantholytic splitting under the stratum
granulare. The basal rounding of keratinocytes (see inset) is
typical for acantholysis. No prominent dermal inflammatory
infiltrate or neutrophils are present in the biopsy. Histological
image fitting with Staphylococcal scalded skin syndrome without
histopathological findings suggestive of toxic epidermal
necrolysis.
Table 1 | Differential diagnosis of blistering conditions in
adults (and dialysis patients)
Dialysis-related Pseudoporphyria cutanea tarda
Toxic—traumatic Toxic epidermal necrolysis (Lyell’s syndrome)
Scalding—sun/chemical burns
Infectious Viral exanthema
Toxic shock syndrome
Bullous impetigo
Syphilis
Listeriosis
Other Pemphigus foliaceus
Graft-versus-host disease
Porphyria cutanea tarda
Diffuse cutaneous mastocytosis
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